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Monilethrix: Clinical and microscopic evidence of improvement with age membranes showed no abnormality. Examination of other ectodermal derivatives and systemic examination was normal. Laboratory investigations such as complete hemogram, biochemistry profile, and routine urine tests were within normal limits. On the revision of prior records, child presented to the OPD 8 years back with the similar complaint, and hair length at 6 years of age was around 1-2 cm [ Figure 2 ]. On microscopic examination, hair showed characteristic beading and nodes were present at irregular intervals, while 8 years back, hair microscopy showed regular beading with nodes at regular interval of 1 mm [ Figure 3 ]. Thus, patient showed both clinical and microscopic improvement in monilethrix with age.
Monilethrix is an autosomal dominant hereditary defect due to a mutation in the Type II keratins: hHb1 and hHb6. Both hHb1 and hHb6 are primarily found in cortical trichocytes, leading to the assumption that monilethrix is a hair cortex disease thus correlating with the ultrastructural abnormalities present in cortical cells. Few studies have demonstrated that trichocytes (precursor of hair cortex and medulla) undergo alternative directions Sir, Monilethrix is a heritable hair shaft defect characterized by diffuse or focal alopecia and small node-like deformities that produce a beaded appearance and internodal fragility. It has high penetrance and variable expressivity. [1] The latter characteristic may be partially due to hormonal influences, as cases with improvement in puberty and pregnancy have been reported, and also due to environmental factors such as seasonal changes. [2] Hereby, we report a case of monilethrix in a child with clinical and microscopic evidence of improvement after 8 years of follow-up.
A 14-year-old male, born to second-degree consanguineous parents presented to our outpatient department (OPD) with complaints of sparseness and brittleness of hairs since birth. A similar history was present in mother, maternal aunts, and maternal grandfather. On cutaneous examination, hairs were sparse, short, blonde colored and dry. Multiple minute, skin-colored, follicular papules were present over entire scalp and nape of neck. Hair length above the scalp was around 5-6 cm [ Figure 1 ]. Hairs in other body sites were normal. Nails and mucous Letters to Editor of differentiation and mesenchymal cells primarily influence their fate. [3] Therefore, monilethrix can be defined as disease of dermal papilla cell-cortical cell dysfunction. Supporting the proposed view, dermal papilla cells are capable of expressing the estrogen receptor in a hair cycle-dependent manner, with highest expression during telogen phase, thus regulating telogen-anagen transition. [4] Although hormonal factors have been suggested to improve monilethrix in females, it role in male hair growth is still questionable.
Affected individuals usually have normal appearing hair at birth and in first few months of life, thereafter hair fibers get sparse, brittle, lusterless, and fail to grow to any appreciable length. In general, a disorder of scalp hair, eyebrows, eyelashes, body hair, and pubic hair may also be affected. [5] Perifollicular erythema and hyperkeratosis can be seen circumscribing the hair shaft on scalp, nape of neck, and other body sites, and this is because thin hairs break inside the scalp and broken hair shaft do not find an easy way out of the infundibulum, disrupt outer root sheath and lead to formation of foreign body granuloma. Monilethrix has also been described as a syndrome involving the triad of moniliform hairs, follicular keratosis, and koilonychia. [5] On microscopy, affected hair shows typical regular, periodic, alternating elliptical nodes, and tapered internodes with normal cuticles.
This case highlights both clinical and microscopic evidence of improvement in monilethrix in a male child with onset of puberty. Although factors leading to improvement in monilethrix in females have been discussed, more studies at genetic and receptor levels are required to elaborate the factors leading to spontaneous improvement of monilethrix in males.
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